control mean), and the finding that both his parents have latent VP, suggest that he has a severe defect and is homozygous for the VP genetic defect.
The similar clinical picture and onset in infancy of photosensitivity make Case 2 almost identical. The faecal porphyrin profile is typical of VP ( Table 2) . As enzyme studies on this patient and her parents have not been possible, the diagnosis of the homozygous state in her case is not definite. The dwarfism in both of these patients is of interest and remains unexplained.
The presence of raised free and zinc-chelated protoporphyrin in the red cells of our 2 patients is also notable. Accumulation of protoporphyrin in red cells may be a general consequence of severe defects of haem biosynthetic enzymes, for it is also a feature of HEP, another homozygous hepatic porphyria4. It is also reported in 3 cases of homozygous hereditary coproporphyria (HC)s. Even when these defects involve enzymes that are at about half normal activity, as in the single gene counterparts of HEP and homozygous VP and HC, no detectable defect of erythroid haem metabolism is evident. So the mechanism underlying the accumulation of protoporphyrin in the red cell and its zinc chelation remains unexplained, but its presence may be a useful diagnostic marker of a homozygous state.
Only one other report of homozygous VP has been published6, in which 2 Czech siblings had a photodermatosis of early onset similar to our cases. The biochemical abnormalities in our Case 1 and parents resemble those in the Czech family. Also, although omitted from the original Czech report, moderately raised red cell protoporphyrin with zinc chelation were found in the probands7. The Czech siblings differed from our cases in having mental retardation and nystagmus. It is possible that a different defect of the PO enzyme may underlie slight differences in the clinical picture.
To clarify the co.ndition more, further, studies are needed ;to elucidate' the enzyme' defect more completely. Additional cases of homozygous VP may be expected to emerge as enzyme studies are performed more often, especially in families with atypical varieties 'of porphyria. 7 Ulcerative lichen planus is a rare variant of lichen planus. We report a case with all the characteristic featuresibut also with secondary webbing of the toes a sign previously reported-in only one other patient with this condition. -The importance of prompt surgical treatment of the chronic eroded areas on the feet is discussed.
Case report
In 1949, a 39-year-old housewife developed severe inflammation of her left large toe which lasted-for several months, resulting in loss of the toenail. Since then there have been recurrent episodes of inflammation, painful ulceration and occasionally painful blisters affecting the toes and the plantar surfaces of both feetparticularly the left. By 1960 she had lot several more toenails and the toes ofthe left foot had become joined together.
On presentation in July 1983 at the ag,--of 73 years, examination revealed a large erosion (5 x 3 cm) on the medial aspect of the left heel tnd instep ( Figure 1 ); smaller eroded areas on both bfet with surrounding atrophy and scarring; fusion ofthe toes of the left foot producing a mitt type ofdeformity ( Figure 2 ); absence of all the toenails apart from the 4th and 5th toes of the right foot; pterygium of the right thumb and left index finger; an area of cicatricial alopecia (2 x 3cm) on the vertex and extensive leukokeratotic lesions on the buccal mucosa of the right cheek etnding to the lips with smaller lesions sublingually. VWe pedal erosions were painful and, although nin healthy looking granulation tissue, th-ey had shown little tendency to heal despite long-term conservative measures at home. There was no relevant family, past medical or drug history. The haemoglobin was 12.8 g/dl; white blood count 6200/mm3 with a normal differential; ESR 12 mm/h with normal liver,function tests, urea and electrolytes. X-rays of the feet demonstrated considerable demineralization on the left. There was hallux valgus on the right, with marked degenerative changes at the first right metatarsophalangeal joint.
The clinical diagnosis was epidermolysis bullosa or lichen planus. However, the history and clinical signs, especially the oral and nail lesions, tended to favour lichen planus. A longitudinal nail biopsy from the left index finger, as well as biopsies from the scalp and mouth and an initial biopsy from an eroded area on the left foot, all showed upper dermal fibrosis but failed to demonstrate any specific diagnostic features. However, a subsequent biopsy from the edge of the larger erosion on the left foot did reveal epidermal thickening overlying a compact Jichenoid infiltrate of chronic inflammatory cells including plasma cells-. There were also areas of 'saw toothing' ofthe rete ridges; prominence of the granular layer; erosion of the basal layer and Civatte body formation. This histologywas considered to be consistent with the diagnosis of lichen planus.
Indirect immunofluorescence was negative with IgG and C3, whilst direct immunofluorescence on this latter biopsy demonstrated cytoid bodies staining with IgM, IgA and fibrin.-On 21 November 1983 the larger erosions on the left heel and instep were treated. by excision and split-skin grafting (Figure 3 ). Nine months later there has been no sign of recurrent ulceration and the patient is fully mobile with the added assistance of a specially designed shoe from the Limb Fitting Centre at Roehampton.
Discussion
Ulcerative lichen planus is the term applied to a particularly chronic, erosive and atrophic variant of lichen planus, the most distinctive features of which are chronic, progressive and painful erosions on the feettypically the plantar surfaces and toesthat are associated with atrophy, scarring and occasional blister formation'. Other sites are involved and the full clinical.,picture characteristically includes cicatricial alopecia; oral erosions and B.. B.. .... Figure 3A , B. Treatment by excision and split-skin grafting leukoplakia or leukokeratosis; nail dystrophy with pterygium formation; and complete loss of toenails. Our patient had all these features and illustrates three of the main problems associated with the condition, namely the very prolonged course of the disease (35 years so far), the lack of response of the pedal erosions to conservative measures, and the difficulty of obtaining diagnostic histology.
The first reported case was in 19212. Since then there have been another 30 -the majority being middle aged women who had suffered the condition for over 10 years. Prompt effective treatment is obviously necessary, not only to avoid years of pain and disability but also because of the risk of squamous cell carcinoma developing in the chronically inflamed areas3'4. It is generally agreed that conservative treatment is unhelpful for all but the smallest erosions.
A review of the literature revealed reports of 9 patients having been treated by excision and splitskin grafting' 5'7. In 7 of these patients there had been no recurrence during follow-up periods of between 18 months and 26 years. One of the remaining patients required regrafting immediately, whilst the last patient's initial graft lasted for 11 years. Both regrafted areas have now remained intact for4 and 8 years respectively. Our patient's graft took very well and 9 months later she was fully mobile with no signs of recurrence. It would appear that-at present excision and split-skin grafting provides the only realistic method for producing rapid healing without early recurrence, and should be performed as early as possible in the course of the disease to avoid unnecessary suffering and disability.
Our patient also demonstrated the very distinctive clinical sign of secondary webbing of the toes of the left foot. This mitt type of deformity has only been described once before in a patient with ulcerative lichen planus7 and, as in our case, surgical reconstruction of the toes was not performed as the deformity does not cause significant functional problems and the patient was unwilling to undergo surgery. The pathogenesis is one of chronic inflammation with subsequent scarring and is more typically found in patients with dystrophic epidermolysis bullosa. Although various-primary bullous diseases have been reported as occurring in conjunction with SLE, it is only recently that a vesiculobullous eruption has been recognized as a manifestation ofthis disease1 -5. We describe such a case together with evidence for the deposition of a common anti-DNA antibody idiotype on the tissue-bound immunoglobulins at the dermo-epidermal junction (DEJ).
Case report A 42-year-old Caucasian male first presented in 1972 with joint pains and a vesicular irritant rash on the chest, arms and face which was not obviously exacerbated by sunlight. Initially a diagnosis of dermatitis herpetiformis was made and there was a partial response to treatment with oral steroids and dapsone, although he was unable to tolerate high doses of the latter. Over the previous two winters he had also suffered from persistently cold and painful fingers which necessitated him giving up work as a motor mechanic.
Examination revealed annular erythematous lesions and vesicles most marked on the forearms, the backs of the hands and the chest.-Scars were present at the sites of previous lesions. There were also erythematous scars and telangiectases on his back, telangiectases on his face and changes in his fingers consistent with 'chilblain lupus erythematosus'. There were no features of rheumatoid arthritis.
Routine investigations
Normal or negative investigations included: full blood count, routine biochemistry, renal function, porphyrins, protein electrophoresis, cryoglobulins, immune complexes, rheumatoid factor, jejunal biopsy and barium swallow. X-rays showed no evidence of rheumatoid erosions. The ESR was 50mm in one hour, IgG 23.18 mg/ml (normal range 8-16), IgA 8.33 mg/ml (1.4-4), IgM 0.44 mg/ml (0.5-2) and C3 0.48 g/l (0.84-1.65). Autoantibody screen showed a positive antinuclear antibody 1:80 (on rat liver substance), the presence of anti-DNA antibodies (1:160 in a haemagglutination assay, normal less than 1:80), anti-SSB (La) 1:8 and antiribosomal antibodies (1:2560).
Respiratory function tests revealed a mild obstructive defect which was partially reversible with salbutamol. There was significantly reduced gas transfer (carbon monoxide gastransfer 36% of predicted) indicating parenchymal lung disease.
Histopathology of a biopsy from lesional skin revealed subepidermal bullae containing infiam-0141-0768/86/ 060365-03/$02.00/0 C) 1986
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